Primary tumors of heart are rare in infants. We report a case of inflammatory myofibroblastic tumor in a 4-month-old baby girl who presented with a massive pericardial effusion. She underwent complete surgical excision of the tumor. This is the first reported case from the Middle Eastern region. The clinical behavior and management of these rare infantile cardiac tumors are discussed briefly in this report.
Introduction
Primary cardiac tumors are very rare in infants (0.13% incidence). Most are benign lesions such as rhabdomyomas, fibromas, teratomas, or lipomas. 1 Asymptomatic infants with primary cardiac masses can be treated nonoperatively. However, tumors causing hemodynamic or respiratory compromise, chamber compression, severe arrhythmias, or embolic episodes should be considered for surgery. Excision of as much tumor as possible while preserving cardiac function is the goal. 2 
Case report
A 4-month-old previously healthy baby girl was brought to the outpatient clinic with a history of irritability and refusal to feed for a few days. Chest radiography showed an enlarged cardiac silhouette (Figure 1 ). Echocardiography confirmed a large pericardial effusion and a right atrial mass (Figure 2 ). Emergency pericardiocentesis revealed hemorrhagic pericardial effusion. Cytopathology of the fluid did not reveal any malignant cells. A pigtail catheter was left in the pericardial space and drained decreasing amounts of serosanguinous fluid over the next 3 days. Computed tomography of the abdomen, chest, and head revealed no other masses or abnormalities. All laboratory results were normal, with no detectable serum tumor markers.
The initial diagnosis was myxoma. Due to the large mass impinging on the right atrium, it was decided to excise it under cardiopulmonary bypass. Dual venous cannulation was used with moderate hypothermia (34 C), and the tumor was excised totally on a beating perfused heart. The right atrium was reconstructed with bovine pericardium. The tumor originated from the right atrial free wall and extended up to the right atrial-superior vena caval junction and caudally up to right atrial-right ventricular junction (Figure 3 ). Pathological examination revealed uniform spindle cells with no atypia or polymorphism (Figure 4) . Immunostains showed diffuse positivity for smooth muscle actin, while S-100 proteins, CD34, beta-catenin, and anaplastic lymphoma kinase 1 were negative. The diagnosis was confirmed as inflammatory myofibroblastic tumor. The baby did well and was discharged home after 6 days. She is being followed up as an outpatient and continues to be asymptomatic with no pericardial effusion or intracardiac lesion on echocardiography at 6 months postoperatively
Discussion
Inflammatory myofibroblastic tumors (also called pseudotumors) are rare benign primary tumor of the heart in infants, with worldwide reports of approximately 15 cases. 3 This is the first case reported from the Middle East. These tumors are presumed to release cytokines that produce fever, anorexia, anemia, thrombocytosis and hypergammaglobulinemia. 4 Most of these tumors in the heart show a predilection for atria and appear to behave in a benign fashion, although local recurrence and multiple lesions have been described. In the case of recurrence, repeat excision can be contemplated if anatomically feasible. 4, 5 A primary infantile cardiac tumor that is solitary and not part of a tuberous sclerosis complex can be observed closely for a couple of months. If it is not regressing and involves the right atrial free wall, as in our patient, surgical excision should be considered. 5 Histologically, inflammatory myofibroblastic tumors have less cellular atypia and pleomorphism, few mitotic figures, and do not invade into the myocardium. The spindle-shaped cells stain positive for vimentin and smooth muscle actin. As in this case, they stain negative for anaplastic lymphoma kinase 1; but in 35% of cases, it has been reported as positive. Inflammatory myofibroblastic tumors are considered benign tumors of reactive etiology. Association with Ebstein-Barr virus and Listeria monocytogenes has been reported, as well as a chromosomal aberration at locus 2p23, supporting the neoplastic mechanism. The definitive treatment is complete excision and vigilance with cardiac imaging to detect recurrence. 6 
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